Two sisters are described with a disorder characterised by mental retardation, congenital cataract, progressive spinocerebellar ataxia, sensorineural deafness, and signs of peripheral neuropathy. Progressive hearing loss, ataxia, and polyneuropathy became evident in the third decade. The differential diagnosis of this syndrome is discussed including the syndromes described by Berman et a) and Koletzko et a].
centile), her weight is 63-5 kg (above the 90th centile), and her head circumference is 53 cm (15th centile). In her third decade she developed a progressive sensorineural deafness, together with ataxia. Recent neurological evaluation showed slight hypertonia of the legs. The tendon reflexes were absent and there were flexor plantar responses in both feet. Truncal The ataxic symptoms in both sisters are mainly caused by impairment of the proprioceptive system, although a cerebellar component is also contributory.
Family history Our patients are the second and the youngest of six children of non-consanguineous parents. The third child also had a congenital cataract. She died at 4 years of pneumonia. The parents and the other children are in good health. The paternal grandfather of our patients and his mother both have a brother with children with Sjogren-Larsson syndrome. Another brother of the paternal grandfather had a child with Duchenne muscular dystrophy.
Discussion
The combination of symptoms in our patients has not been previously reported. The syndromes with the most similar features to our patients are shown in the table. The patients of Berman et al3 (three male sibs) and of Koletzko et a14 (three daughters of consanguineous parents) had clinical features very much the same as our patients, only without cataracts. However, the progressive hearing disorder and the ataxia started in infancy in the patients of both Berman et al3 and Koletzko et al. 4 We feel that the syndrome in our patients does not really match one of these syndromes and, especially, the congenital cataract is only seen in our patients. Inheritance is presumably autosomal recessive. 
